Congenital hereditary endothelial dystrophy (CHED) has been included in a group of disorders having in common the abnormal development of structures derived from or influenced by
neural crest cells. The neurocristopathies display varied ocular and systemic abnormalities reflecting the widespread role of neural crest cells in embryogenesis. We describe a case of CHED associated with congenitally abnormal nails and postulate that both abnormalities can be explained by abnormal neural crest function. Case showed a normal open angle, and the optic discs were not cupped. An electroretinogram showed a normal response on both sides.
He was looking at and following faces shortly after birth and reaching for toys at 5 months.
There was no strabismus or nystagmus. At the age of 30 months visual acuity was assessed at 6/60 in each eye by Kay's pictures. At 4 years of age he underwent an uncomplicated right penetrating keratoplasty.
Light and transmission electron microscopy of the corneal button showed basal epithelial oedema (Fig 4) , patchy disruption of Bowman's membrane, an unremarkable stroma, and thickening of Descemet's membrane to a maximum of Both parents and all five siblings were also examined, none of whom showed any ocular or somatic abnormality. Comment CHED presents early in life with bilateral diffuse corneal clouding and needs to be carefully differentiated from other causes of corneal opacity.' A diagnosis of CHED was initially made by exclusion and was subsequently confirmed by light and electron microscopy of the corneal button.
As in our case, visual acuity is usually surprisingly well preserved given the degree of opacification. 
